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ess: dranshupuneet@yaSummary Idiopathic pulmonary haemosiderosis (IPH) is characterized by a triad of
recurrent episodes of alveolar haemorrhage, haemoptysis and iron deficiency
anaemia. The combination of IPH and coeliac disease (CD) is extremely rare though
both diseases may have a common pathogenetic link. As illustrated by our case CD
should be specifically looked for in patients with IPH, especially those in whom the
severity of anaemia is disproportionate to radiologic findings even in the absence of
gastrointestinal symptoms since both diseases may benefit from a gluten-free diet.
& 2004 Elsevier Ltd. All rights reserved.Case report
A 28-year-old male presented to the Chest Clinic
with a 5-day history of streaky haemoptysis and
progressive breathlessness. There was a history of
antitubercular therapy 4 years previously for
similar symptoms. Physical examination was un-
remarkable except for pallor. There were no signs
of malabsorption. Investigations revealed severeElsevier Ltd. All rights reserv
+91 172 2747236; fax:
hoo.co.in (P. Malhotra).microcytic, hypochromic anaemia (Hb 5.1 g/dL) for
which he received two units of packed red cells,
normal renal and liver functions and a normal urine
examination (no albuminuria or microhaematuria).
Chest X-ray was normal while a high-resolution CT
(HRCT) scan of the chest revealed bilateral ground
glass opacities predominantly in the middle and
lower lobes. Spirometry was normal (FEV1 2.89 L,
FVC 3.33 L, FEV1/FVC ratio 86.8%) though diffusion
capacity for carbon monoxide (DLCO) was reduced
(58% predicted). Serum antinuclear antibody, anti-
neutrophil cytoplasmic antibody and antiglomeru-
lar basement membrane antibody were negative.ed.
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(IPH) was considered and bronchoalveolar lavage
(BAL) as well as transbronchial lung biopsy were
performed. BAL fluid which was macroscopically
haemorrhagic revealed 480% haemosiderin laden
macrophages on cytopathologic examination while
mildly thickened alveolar septa and multiple areas
of intra-alveolar haemorrhage were found on TBLB
(Fig. 1a). There was no evidence of capillaritis,
granulomatous inflammation or necrosis on serialFigure 1 (a) Transbronchial lung biopsy specimen de-
monstrating intra-alveolar haemosiderin-laden macro-
phages (arrow) (H&E, original magnification  66).
Perl’s Prussian blue stain highlights the presence of
haemosiderin within the alveolar macrophages (inset)
(H&E, original magnification  66). (b) Duodenal biopsy
showing complete villous atrophy consistent with the
diagnosis of CD (H&E, original magnification  33).sections. Results of immunofluorescence were
negative and electron microscopic examination of
the TBLB specimen showed no deposits and
abnormalities of the basement membrane. A
diagnosis of IPH was therefore confirmed. Since
the degree of anaemia was out of proportion to the
CT findings and an association between coeliac
disease (CD) and IPH has been previously described,
a workup for CD was also carried out. Serum IgA
antiendomysial antibody was positive at a titre of
160 IU/ml (normal 0–10 IU/ml). A duodenal biopsy
revealed villous atrophy with increased numbers of
intra-epithelial lymphocytes and infiltration of the
lamina propria with plasma cells (Fig. 1b) consis-
tent with a diagnosis of CD. The patient was started
on a gluten-free diet and has had no recurrences of
haemoptysis over 6 months follow-up. Haemoglobin
at 6 months follow-up is 10.4 g/dL while antiendo-
mysial antibody titres have declined to 22 IU/ml
indicating that the patient was highly compliant
with a gluten-free diet.Discussion
IPH is a rare disease of unknown aetiology usually
seen in children and adolescents characterized by a
triad of recurrent episodes of alveolar haemor-
rhage, haemoptysis and iron deficiency anaemia.1
The combination of IPH and CD is extremely rare
and, to the best of our knowledge has previously
been reported in only eight cases in the English
language literature.2–8
There are several unusual points of interest in
this case. Assuming that the episodes of haemop-
tysis 3 years prior to this admission were the initial
manifestation of IPH, the age of the patient at
presentation was 25 years. IPH is predominantly a
disease of children and adolescents and presenta-
tion for the first time in adulthood is distinctly
unusual. Also notable was the long asymptomatic
interval without any specific treatment. Follow-up
of patients with IPH is difficult to assess because of
a lack of large and comparable patient series
considering the rarity of the disorder. Though
average survival time is highly variable, there is a
tendency for the disease in children and adoles-
cents to take a rapid and progressive course. In
adults, the course is often prolonged with less
pronounced symptoms and a more favourable
prognosis.1 As illustrated by our case, patients of
IPH may have a normal CXR in spite of recurrent
haemoptysis and HRCT is necessary to investigate
such patients. Though an increased diffusion
capacity is expected in IPH due to the presence of
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ary haemorrhage may result in thickening of
alveolar septae and a decreased DLCO as was seen
in this patient.8
Unlike children, approximately 50% of adult
patients with CD do not manifest clinically sig-
nificant diarrhea and iron deficiency anaemia is the
most common presentation of CD in adults.9 Our
patient had no prior history of diarrhea, steator-
rhea, flatulence or weight loss emphasizing this
fact. The availability of the IgA antiendomysial
antibody ELISA which has sensitivity and specificity
of 85–98% and 97–100%, respectively, facilitates the
diagnosis of CD; however, histologic examination of
a duodenal biopsy as was carried out in this patient
remains the gold standard.9
Although both CD and IPH are believed to be
immunologically mediated, the pathogenetic link
between these diseases is still unclarified. In IPH it
has been hypothesized that there is a defect in the
alveolar capillaries either in the basement mem-
brane or the endothelium. Circulating immune
complexes have been described in some patients
though immunohistochemical examination of lung
tissue has not produced evidence of an immunolo-
gical pathogenesis.1 Analysis of BAL fluid cytology
has implicated an increased CD8/CD4 ratio in the
pathogenesis of IPH.8 Interestingly, CD results from
an inappropriate T-cell mediated immune response
against ingested gluten in genetically predisposed
people.9 The link between CD and IPH is important
to recognize because previous reports suggest that
treatment of CD could lead to remission of IPH.4,6,7
Our patient has remained well on a gluten-free diet
for 6 months. It would however be premature to
reach any conclusions on long-term remission in our
case considering that he had been asymptomatic
without any specific treatment for 3 years prior tothis episode. Corticosteroids or other immunosup-
pressants were not administered since there is
currently no evidence to support their use in adults
with this disorder and the patient has remained
well on a gluten-free diet alone.
To conclude, our case illustrates that CD should
be specifically looked for in patients with
IPH, especially those in whom the severity of
anaemia is disproportionate to radiologic findings
even in the absence of gastrointestinal symptoms
since both diseases may benefit from a gluten-free
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